GIRL, aged 16, when aged 7 first began to suffer from slight spasm and turning in of the right foot. A year later a similar condition was noticed in the left foot, the twitching gradually becoming more noticeable. The arms also began to be affected about this time in a similar manner though less severely, and the disease steadiIy progressed until her admission to the Maida Vale Hospital last year. She had then been unable to stand or walk for more than three years, owing to the strong spasms in the muscles of the lower extremities, and the extreme contractures of the feet, and she was accustomed to get about by crawling on her hands and knees. She could feed herself and dress herself slowly if left alone. Previous health good; no illnesses except measles three years ago. Not a nervous child. Family: One brother a year younger, quite well. No family nervous disease known.
By WILFRED HARRIS, M.D. C. L., A GIRL, aged 16, when aged 7 first began to suffer from slight spasm and turning in of the right foot. A year later a similar condition was noticed in the left foot, the twitching gradually becoming more noticeable. The arms also began to be affected about this time in a similar manner though less severely, and the disease steadiIy progressed until her admission to the Maida Vale Hospital last year. She had then been unable to stand or walk for more than three years, owing to the strong spasms in the muscles of the lower extremities, and the extreme contractures of the feet, and she was accustomed to get about by crawling on her hands and knees. She could feed herself and dress herself slowly if left alone. Previous health good; no illnesses except measles three years ago. Not a nervous child. Family: One brother a year younger, quite well. No family nervous disease known.
When admitted to Maida Vale Hospital in March, 1912, she was quite unable to stand, and lay in bed usually with her legs drawn up, though she could extend the knees slowly;and jerkily at times, but the flexor spasm was more noticeable under observation, the feet were extremely contracted in the equino-varus position, the toes also being strongly flexed. The arms cotld not be raised above the horizontal position owing to weakness of the serratus and lower trapezius, causing partial winging of the scapula, particularly on the left side. The deltoids and all the other muscles of the upper extremities were well developed and nornmal, though spasmodic contractions continually affected the adductors, the flexors of the forearms and wrists. She could write with great difficulty. The facial muscles and all cranial nerves normal. Knee-jerks brisk; no extensor plantar; sensation normal. Sphincters normal. Intelligence good. Tenotomy of both Achilles tendons and injection of the internal popliteal nerves with alcohol diminished the flexor spasm of the toes anid ankles so that the foot could be brotught to a right angle, and since that was done nine months ago she has been able to get about on her feet and walk a little with help.
DISCUSSION.
Dr. HARRIS added that there was an absence of pain and sensory symptoms, and there was no family history of anything resembling it. The fact that the spasm increase;1 somewhat on examination seemed to suggest a functional element, but she had obvious muscular atrophy and weakness of some muscles in the shoulder-girdle, particularly on the left side, where partial winging of the scapula was obvious, partly due to weakness of the trapezius and partly to weakness of the serratus magnus. That was sufficient to take it out of the functional group only. Three years ago she lost her power of standing or walking, and at that date she was bedridden. He had her in the hospital last year, and the tendo-Achillis was tenotomized; he also injected the internal popliteal nerve with alcohol, so as to overcome the flexor spasm. Since then it had been possible to get her foot flat on the ground, and she could walk after a fashion. He felt inclined again to bring her feet to a right angle, under an anaesthetic, put them in plaster, and let her get about on them like stumps. The spasnm was more clonic than tonic, though there were no rapidly alternating contractions as in ordinary myoclonus. All the muscles reacted to faradism. The shoulder-girdle muscles, however, were weak, as also were the leg muscles, but there was no reaction of degeneration. The onset was very gradual.
Dr. FARQUHAR BUZZARD was not inclined to commit himself to a diagnosis, but, looking at the case generally, he was impressed by the absence of symptoms which proved the defect to be a muscular one. There were features about the patient which suggested a central origin for the trouble. Some muscles were hypertrophied as compared with others, especially those continually in spasm, but there was no definite muscular atrophy. He was somewhat surprised that Dr. Wilson had not claimed the case as one of lenticular degeneration, since it had features suggesting double hemiplegia of a non-pyramidal type.
Dr. HEAD drew attention to the great resemblance of this case to one shown by Dr. Purves Stewart last November,1 especially in regions other than the legs. In Dr. Harris's case the legs were in a more advanced condition, but in the shoulders the likeness to the case of Dr. Purves Stewart was remarkably close. In both cases the winging of the scapula seemed to be more due to spasm than to wasting of the muscles, and there was in both cases the same singular hypertrophy of all the muscles, which were thrown into tonic contraction. Dr. S. A. K. WILSON said the difference between Dr. Purves Stewart's case and this one consisted mainly in the condition of the lower extremities. As far as Dr. Buzzard's remarks were concerned, he-(Dr. Wilson) scarcely thought the case could be one of progressive lenticular degeneration. The state of the lower extremities was interesting because of the appearance of double hemiplegia and contracture. Yet when the patient was placed on her feet her heels came down to the ground, and that was what happened in lenticular cases. But in the present case the only resemblance was in the lower extremities; there was a different condition in the upper extremities. And he thought the case presented differences from Dr. Purves Stewart's case, as in it the lower extremities were definitely affected.
Case of Progressive Double Hemiplegia.
A. Y., GIRL, aged 11. History: The child was delivered by forceps at birth and had a considerable depreosion on each parieto-temporal region for a long time after, but otherwise was a normal baby. At the age of 8 was noticed to limp and drag right foot. This appeared suddenly, but gradually increased. Soon after a similar condition appeared in the left leg. Two years ago tenotomy was performed in Germany for contraction of the right foot. At this time both arms became weak. Later the head was noticed to droop in sitting up and the spinal muscles became weak. Family history: Both parents, two sisters and one brother, alive and well. No miscarriage.
On admission: A flabby, fairly fresh complexioned child, with a somewhat large but well-formed head, and a bored, apathetic expression.
Mentally slow and wanting in brightness and initiative. No facial symptoms; some tremor of tongue. Pupils equal and react naturally; right and left lateral nystagmus; optic disks natural. No cranial nerve weakness. Motor system: The child cannot sit up without assistance, and then the head falls forward or over to right shoulder helplessly. Upper extremities: General weakness in all movements, more pronounced in the extensor, perhaps. Grasp very feeble. No wasting of any muscles apparent, the general nutrition is good, and the limbs and back are plump. At this stage of the examination the general appearance is suggestive of myasthenia or myopathy. The electrical reactions, however, are normal, and there is no myasthenic nor myotonic reaction. Chest: No physical signs; the pectoral muscles equally feeble, but not wasted. Spine: General kyphotic curve. Abdomen: Recti very feeble. Legs. No obvious wasting, but both rigid in extensor position; all
